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ABSTRACT 
outs eghers Syndrome (PS) san uncommon fami soner that leads to 
the dovelopen of patina eel extagaticinetinal hanriomatt 
ey, rccatenesus plat with a ens i of waligey, 
Ths polypors syndrome ss associated wit variable clinal course with 
sigrcant moray & mesbidty and is known to cause smplications like 
intussusception, abstraction anemia, and Hsing, Hee, we report eave of 
121 yous old yong fede solving fen PES to ince aves 
orga lineata nega thi een, She preset Wh 
‘complaints of pain i the epigasnum and ltt hypochondrizm, eonatipation 
and mala, She had hyperpamented munacutaneous macules of brovensh- 
‘ack clue boca stn el pt and alia bad sien eel 
etnclated ply item, dd, jp and col. She we 
cited to ndeigs double balloon enon eel polyetaniy ore an 
35 polyps were removed). Aller an inkral of 4 weeks, colanecopic 
yyyectiniy wat also done, Thee was a hisily of jppnesinl 
inteamscrtion or Which rseton atl stasis of pr ual Wi 
dete pt Hen 


in atinbl for ying ens hava petentaion of 
iscsi obtecton ititmsception at sink, in pretene of saa 
lamentation and other pathognomonic sso PS, teen fr PS, eae 
of 1S, a surgical emergency ihe intussusception may be present which 
‘nied ene tr lnk wel acheria which nay have a rae sequel. ES, 
carly intervention (plypestomy) preleably by double allon entropy 
method ss nportant ty prevent mocidty and mostly caused by 2S 
Followup of guctrcinidinal polyp ond segular slong. seeing for 
alguaney i reeeede in PS 


‘Keywords: Hamartomatouspulyps, Pigmentation, Duableallooe 
centenary, Paypectany 


1 INTRODUCTION 
Feutefegherssyndzame (5) isan encommon polyposis syndrome having 
esol dont pat 


cof here with viable to high pretation, 
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les characterised by gastrintstinal hamartomatows polyps and pigment mucocutaneous ksons The etinaed prevalence of 
YS seo 1 i 300 to 1. 2ADIOD vials (Kopaeova eal, 209) PS is probaly cused by’ getline mation én STI 
(Ut ene (Latehlrd et a, 201) The Hs case uF 15 wan sept by Pete isthe year 1921 (Tweedie and Me-Cana, 1984; 
(Chowahey eal, 205) alter the details caus PS were dese by leghers Me-Ksich an Kat the year 199 (oly 
2558) 

“This are disrder is diagnose hase om the WHO's clinical eriteria (Seeman et 
1. Thre or ure polyp with itll characterises consistent With PS 

2 Any numberof Prelate polyps with family history a gestive of PS, 

5 Typical mucocutaneous pgzmentation wed Family istry suggestive aS 

| Any numberof BS zelaed polyps with characteristic mucocutaneous pigmentation, 

JS has a arable clinical enue characterize by asymplamatic interval ntespened with symptoms like abdominal yn 
‘which may progres to grave campliation lke ntsscepion, Hedin instil trucon, and anemia leading to igen 
mortality and movbidity (Butt al, 12; Kebsdoet- Pedersen ot al, 1994; Lourein et al, 2015). PSs characterand by 
lnyperpgmented macoctancous males present on the pir my, ps, buccal mucosa, piri region, and eyelids Tass 
syndrome ans has character by hamartmatous gastrointestinal paps acurrig most commonly sll intestine followed 
‘by stomach and colon extra jtrotetina polyps can ao occur 

Previously, 1S eas comer ay benign condition, however eoslly reports ae pulsed showing is ascation with 
‘aro malignancies including those ofthe gastrointestinal ect, hg pares, tees, breasts and vary PIS patents 
commonly experense bleeding obstruction and snuisuscepion. Thus nowadays more aggransve approsch for management of 
YS hay been adopted. Double balloon enteroscopy (DBE) allots evaluation a well estment (poypectomy) ofthe small bowel 
‘The nec for repeated ung operation and bowel resection lading to abort howe syndrome canbe ubviatd by the wie ut DBE 
(Wolypestomy) Tly clearance all polyps well as earl sexeening i conidered he od standard foe PS 

yen though the prevalece of 5 low, fr clini iia impart to dings thee dlerder to prevent the grave outcome 


2005) 


cf these disorders, end lio to ren the Fite relatives fo PIS daring thee pre symptomatic period. A very fw eases of PIS 
are repried, espesally im Indian contest, hence, we ep 21 year old female case with PeusJephers syndrome 4 merase 
{arenes among linicans egarding thie rare syne 


2. CASE PRESENTATION. 
|A2 yeas old femal cme to gatrocterology OPD with complaints epigastric and let hypochondeae rion abn pln, 
‘teas inermitent, dallsching for about 3-min non-zadintng oe 8 days, She had a istry of passing Macktery tes a well 
She alo ha contipation and 3 lous appetite. The pain! vas ound to be tachycardia hypotensive fom the wal ign. She 
sso had palo. Local examination revenad Iyperpipmented macncitments macule of briis-Heck colour on the bea 
‘sc al Hj thee pigments were potent sce the ope of rath Figure 1) and posbopeave inner cae the ight reat 
3890 clock postion She had 9 ipa family istry 

(Oh aera exniation she had tendrnes verte pase and et hyped; he red wan sora: Labora 
tess revealed microcy, hypocheomi ancl wis a emoglabln of 2 gent leacoyte count was 1220 Other mane 
‘lod investigations were normal. On endoscopy the stomach Figure 2) and duodenum (Figure 3) revealed mers see — 
dncalated ply bop of which revealed hamurowaions py of mach unl donde (Figure 4 5}. On colonoscopy, 
‘lip small noni polyps in descending and transverse colo ab, a larg ansvere cao poly eas ated (Figure), py 
sf which seve bamarenaioay polyp athe enon (Figure 7 

‘Contrast enhanced CT was done which esl malipl mildly enhancing plypoidal sons noted atached pyle part of 
stomach, es, second, third part of duodenum and primal ena oops Simul polypoal sions rete in aserngey, 
sd earvere coon (Figo, 

‘She was died to under double allon enteroscpy (DBE) and polypectny. Mar than SSpalyps were removed (Figure 9), 
Post pronalareintavers biad-opectrum anton al aralgenies drugs were admit She ha atlatry curse pt 
procedure, tolerated oral loing, and was discharged. Aer an interval of 4 ek, colonoicop pelypestomy as aso dane 
(pare 10, 
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Figite1Hiypepignented nnicoeatanes macle of broyntblack color on he bused mcnot elipt 


Mgse se Eaiangelarecian aly owgienatsnaes ype eco oes 
baci 


Moti sence 27, 28en2745 2123) sete 
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sin etter suet at 9 CY chek 
Ip on stop sninaion sugges fears 
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Fig Move than 25 ply seine by double bala entersiople ply pci 


Figure 0 Lange transverse coon polyp removed by clenonenpspolypetamy 


3, DISCUSSION, 
1S corse the attcation of cntictahenms ppt, gpaininisinal polyp al atta incidence (Cinta ae 
Trimbath, 200), FS anc fail die, having 2 prevalence of eanging rm Tin 20 to 1 in 280600 populations 
(Kopasva ta, 2000). Around 1 10000 people i simated ana potable prevalence. PeuteJeghersayidrome (PS) llr an 
swocal dovinan pliers of inheritance with ineiipltepenetntce(Coninghaia et, 1980). A germline talon (ane 
frameshift, or nondensc) in STKI (LXBI) gene (chomonore 19p133) lads to the inactivation of Ih gene and thi hea been 
proposed as the undesying case fr this abnormality (Sokmen eal 205), 

Males an females ae sual flected in this syndrome (Cardillo an Tema, 208), The clini ours of hi syrarume is 


duster by aopepoatic irl ener with pepo tke abdominal pi al bleling lading tt eocpticatons 


he intussusception, intestinal abstrction, and anemia (Blt eta, 202; Rebdoet-Pederuen et al, 1%; Lourie eta, 2015), 
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(Charssterintc pigmentation are noted in 99% a PIS patents which re probably ducts pigment-aden macrophages in the layer 
dermis Thee are hyperplgmented mococutaneoss cules (bise-gray’ Yo brown pt) present the esol reso, Hips. hue 
‘com, around ees and nostril they a ean be sent arly around testa anal muon, oles an pals 

tn extremely roe cna this lexon can undeng aslignant degmeration, Thee hyperpigmented apes can commonly be 
confused with reckles Oral aly fekes are never abvered, and they are sparsely found near the not and ips a are never 
present at bicth. During adolescence hyperpgientation even can fade or disappas, The average Hine oil peesentation 
polyp inthis syne is about 11-13 years, and argund SMS of eases experience sympams by ae of 20 yeas (Gammon eal, 
2, Sehreibnan etal, 205) The ameter af polyp can range from 54950 me (median ze 35 

| PS, polyps cour more common fs the small nestine, greatest in juan, and then a deeeaing order fm eur ane 
Suoderam (Garam a, 29 Soares ea, 2004 Mes et, 2005) Stomach (4%), esa (59%) ad ret (2) salement 
ar ala see (Chang a, 209; Nath al, 20; © Lophin ea, 200; 2huk and Eng 2007). Performing Henly polypectmy 
cn eliminate dhe neces for reptiive emergeney laps and bowel ection which may lead to shot bowel syndsome 
(opscor eal, 207; Lie a, 200), Esranetinal polyp like nasal polyps (De-Leng et a, 2007) and yallladde ply (Vogel 
al 200) are ale eparte 

) Slated polyp ar stopathlogically himartamatos which are chracerstially overgrowth ut native ells to area where 
‘hey oecur normally. They havea marked distri cellular architecture but are composed of normally ceri cela elements 
ff the Gl tact (Chen and Fan, 200; Zbuk and Hg, 2007). Adenomatous foc ae oe sen lager poly a malignant 
development i these polyps has ben deserted (Bouraol et a, 2K; Deg eal, 196; Bar aa 1986) A previous study 
reported an eevate ako aston (Cl) anc exte-Cl malignancies inpatients with IS empare tthe oneal population 
(ater a, am, 

‘A metcealyss of Dpatont volving sx studio gest» collie is of oe the age rou of15 to lyons for 
all ype of malignancies. Thus, the patient with PS wl havea selaive bk up 15 tes higher (cmpared with the general 


population) to presen for malignancy fs any rion (Loureiro al, 2015; Gardella and Teimbath, 2008) Commnly seins 
malignancies i FS im decreasing onder are clan (57), breast (45%), followed by pancreas (8) stomach (20%) then ovary 
(20%) small ntestine (13). and urs (10%) tumors Laurer tal, 205), 

Inchesed rik forthe sll flea clon, peri, and soach nnigtaey has been sepred eteng Glen, Alo 
‘mals with IS are more prone to testicular and prostate ance and female with PS ae ore prone to breast, ary, evil and 
tering cancer Mean, an erase i the rs of real cancer, pulmonary cane, leukemia bone cancer ha also beer 
reports (Chere al, 2017). It was though that PS was nig until cen, and was tated conservatively (Rebuoct-Pedersen et 
i299), 

|A-moreaggremive approach to manage PS has been adopt in cent yarn. One the diagnos of PS i confirmed most 
publications suggest emai all polyps a ar a possible they recommen ha thowe plyp> Sm should be atleast removed: 
ining io prevent stustscepion, bowel abstraction lading to bowel emis and gangrene hich ulsmately mguies Bowel 
esetion, which may ea t short bowel syndeome (Reber! Pederen ta, 198). For management of hamartomas present 
small bowel her are to malate: Doublebllonn enteoscopy (DBE) and inis-operativeenleroscopy WOE) OE comprises 3 
combination of laparotomy and endoscopy which aloes manipulation 9 vsualize the ene small towel and cemuve polyps 
(Frasert a, 200), 

Prior othe DBE exe, 1s were considered as ulimate diagnostic and therapeutic procure forthe evaluation of small Bowe 
o£ 15 patents Double-alloonenteoscopy i combination wits cape enteroscopy the prefered mathe for dagroning and 
‘managing small bowel lesions in patients with Pets Jghers syndrome (PS) (Lie al, 207) Singl-haloo enterscopy (IDE) 
ove rserved for ese with ahesion (post-surgery), DDE flr, carne blue ruber ble nes syndrome, and multiple mall 
transmural esos ot ata by endoscopy 

‘Stic by Ud a, (208) and De-Leng eta (2 sgn hat CON-2 inhibitor chemoprevention benef 
trating Peutcjepher ayreeome (F1) doe tothe proses of COX2 expmeaton PS emt ae dysplastic heroes 
tehic sports ts rationale for ue Rapamycin san imemunosuppreant with antiangiogenic properties that may have 
alin polyp size eduction funder linia tral that cul be use for treatment of FS patents fate (Wet a, 200 Wes 
a 2008; Robinson etl, 2100, 

Lifestyle rd actors, uch a alehol consumption smoking and excess yg ae inked to. ase isk f malignancy i 
Individuals with IS. recommended that PS patients should adopt healthy tye ever though ne study has shown tat 
-modilying thee rik factory could reduce cneer isk, Regula elon seeming for cancer fy recommended in PS patents 
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(Colonoscopy, upper Gl endoncopy, chest X-ray, alrasound, CT aan it any ticular examination nmin ned mammography 
test examination ane pic evar by US in fea. 


4, CONCLUSION 
1S was thought benign unl rey, however recent reports shovted premalignant potential of 1S, moreover thee patents 
ommonly encnuner complications ihe intussusception, obstruction and Bleding Thus, nowadays 3 more aggresive approach 
‘manage FS is advised Serening fr PS shouldbe done young patents present with ntusunception,malena oe obstruction 
is tae of rteutaneoutpipheiton cr pve aly hshory. Tey ewe o ll polyp (tli al polyp tee 
‘han Sm) preferably by DBE and careful screening comsidered pl standard Although the prevalence of hi syrueome i not 
tight omental fr physic vc thi dior inode prevent the bidity mal metal enied iy he order, 
snd li den the fare elas ding thet pe syeipocatc period or FS. 
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